SUMMARY We report a case of AILD and sicca syndrome. The patient had presented with renal insufficiency, lymphadenopathy, hepatosplenomegaly, polyclonal hypergammaglobulinaemia, dryness of the eyes and mouth. Lip biopsy specimens showed an unusual cellular infiltrate similar to his kidney lesions. Data from the eight previously reported cases support the hypothesis that the association is a distinct pathological entity differing from pseudolymphoma and malignant lymphoma, which occur in the course of Sjogren's syndrome. The recognition of AILD is important because lymphoproliferation may lead to death after a few months.
certain clinical and histological features, as documented in our patient, suggest that the association may be a distinct pathological entity.
Case report A 70 year old male presented with fatigue, anorexia, and weight loss. He had had diabetes mellitus and sicca syndrome for three years. On examination he was found to have generalised lymphadenopathy, hepatosplenomegaly, salivary gland swelling, xerostomia, and keratoconjunctivitis. There was no arthralgia, fever, or skin lesion but a past history of unexplained pruritus. Schirmer's test and salivary scintiscan were markedly abnormal. Proteinuria (2.4 g/day) and a decreased glomerular clearance (creatinine 12 ml/min) indicated renal involvement. Anaemia (Hb 87 g/l) and a raised erythrocyte sedimentation rate (130 mm/lst h) were also noted. Serum protein was 10-2 g/100 ml (102 g/l), with a gammaglobulin of 6.0 g/100 ml (60 g/l) Immunoglobulin G was 5-5 g/100 ml (55 g/l), immuno (Fig. 3) showed a similar lymphoplasmocytic proliferation. Mature plasma cells were present and tubular sections showed cell necrosis and vacuolar degeneration.
Discussion
The present case meets the current diagnostic criteria of AILD and Sjogren's syndrome. This Angioimmunoblastic lymphadenopathy and sicca syndrome 521 association has been previously reported in eight instances. In the nine patients the clinicopathological findings of AILD were unremarkable. The sicca syndrome was well documented, gland swelling occurring in five cases. Four patients died within two years.
AILD is known to involve extranodal tissues. Lymphoproliferation in the kidneys is held responsible for renal insufficiency. A similar process may cause eye and mouth dryness. It seems likely that the exocrine gland involvement is a consequence of AILD infiltrate spreading to non-lymphoid tissues, a hypothesis supported in our patient by the striking similarities between lip and kidney biopsies and, in other cases, by the diagnosis of AILD before sicca syndrome.4 6 10 This hypothesis should be substantiated by further studies of salivary gland in AILD. In preliminary work a systematic evaluation of exocrine gland in various lymphoproliferative diseases showed a number of lacrymal and salivary dysfunctions. 13 The alternative hypothesis that AILD develops in a gland involved with Sjogren's syndrome cannot be easily dismissed. A whole spectrum of lymphoproliferative disorders has been reported in Sjogren's syndrome," 14 
